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Y 54-neTHen KeHLLUMHbI CO CKIIOHHOCTbIO K KPOBOTEUYEHWAM MOCIie onepaTuUBHbIX BMeLLaTeNbCTB
BbISIBNEHbI HApYLLEeHUsA PYHKLMOHaNbHOM aKTMBHOCTY TPOMBOLIMTOB B BUAE OCnabneHns BbICTaBNEHUS
dhochaTamnncepmHa 1 peakumy BbICBOBOXAEHWS NOTHBIX U o-rpaHyn. Mopdonorus TpombounToB
OCTaBanacb HOPMarbHOW, TaK sKe Kak W arperaTopHas OyHKUMA Npu nccnenoBaHny no metony bopra—
O’BbpaiieHa c akTvBauuei AI®, KonnareHoM v pucToMULMHOM. TMpy MCCNEeaoBaHUM Na3MeHHOro
3BEHa reMocTa3a HapyLLUEHUI He BbIABMIEHO. MonyYeHHble JaHHble YKa3biBalOT Ha Hanuuve y NaumeHTKn
HeknaccudmuMpoBaHHOM TpoMboumMTonaThu.

KnioyeBble CnoBa: CK/TI0HHOCTb K KDOBOTOYUBOCTH, ANCCDYHKLMS TPOMBOLMTOB, MPOTOYHas
LMTOMETpPUS, arperaums TpoMbounToB, (hyHKUMOHAIbHas aKTUBHOCTb TPOMBOLMTOB.

Combined disorder of procoagulant activity and platelet secretion
with normal aggregation in a patient with a bleeding tendency
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A 54-year-old woman with a bleeding tendency after surgical interventions revealed abnormalities in the functional activity of
platelets in the form of decreased phosphatidylserine exposure and the release of dense and a-granules. The morphology of
the platelets remained normal, as was the aggregation function in the Born-0'Brien method with activation of ADP, collagen
and ristomycin. In the study of plasma hemostasis, there were no abnormalities. The findings indicate that the patient has an
unclassified thrombocytopathy.
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anbonee 4yacTo BCTpevaloLLMecs HacleACcTBeH-

Hble HapyLUeHus oyHKUMM TpoMbouuToB onuca-

Hbl B nuTepaType. [na knaccudomkaumm 6osb-
LUMHCTBA M3 HUX YOBODHO WCMOMb30BaThb BbIABEHHbIE
reHeTu4YeCKu neTepMrnHMpoBaHHbIe OCHOBbI NaToreHesa
OMCDYHKUMM MeMBpaHHbIX PeLenTopoB WnW BHYTPU-
KIETOYHbIX KOMMOHEHTOB. TaK, BPOMAEHHbIN nedhuunT
MMOTHbIX rpaHyn HabniopgaeTcst Npu cuHopoMax epMaH-
ckoro—flyanaka, Yeamarka—Xurawuu, W30NMPOBAHHOM
pedhmumnte NAOTHbIX FpaHyn; fedouunT anbda-rpaHyn
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COMPOBOXAAET CUHAPOM Cepbix TpoMboLUTOB 1 KBebek-
CKWI CUHOPOM; HapyLLEHWEM NPOKOarymnsHTHbIX CBOMCTB
xapakTepusyetcsa cuHapom Ckotra [1].

B nmocnepHve rofpl B CBA3M C BHeOpPEHWEM B fa-
BopaTopHylo AMarHocTuKy TpoMbouuTonaTun MeTopa
MPOTOYHON LIMTOMETPUM Y MHOMMX MaLMEHTOB BbIABMA-
10T HapylueHust nyna xpaHeuusi (HMX) v BbicTaBneHus
docatuanncepuHa (OC). Mpuuem 3TM paccTpoitcTea
HabriopaloTCs Kak COYeTaHHO, Tak U MO OTAENbHOCTMH,
MOTYT BbITb BPOKAEHHLIMU U NproBpeTeHHbIMU [2-4].
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Tabnuua
JlabopaTopHble xapakTepUCTUKM reMocTasa
NauueHTKH
Ycnosus
Tect nposeneHus PedbepeHc PesynbtaTt
nccnenoBaHus
Arperauus
AP 50-80 73
KonnareH 50-80 74
PucTtouetvH 55-80 75
PYHKLMOHAIIbHAA AKTUBHOCTb TpoM6ounTOB (PAT)
HeakTus. 74-126 99
CD42b
AKTUB. 37-80 73
HeakTus. 66134 98
CDé1
AKTUB. 189-335 195
HeakTus. <60 3,9
PAC-1
AKTUB. 58-142 58
HeakTus. 73-127 89
[noTHble rpaHysbl
AKTUB. 14-34 69
CteneHb 2.6-5.9 13
ferpaHynauumn
06beM cekpeLnn 50-100 20
HeakTus. <64 3,6
CDé62p
AKTUB. 72-128 45
HeakTus. <222 0,27
docchatnamnn
cepuH
AKTUB. 5,5=87/,/ 12
Koarynorpamma
AYTB 25-37 27
nu 80-132 100
B 12-19 15
or 2-4,5 3,4
VWE:fVIIIB 70-144 118
Xl 86.4
TpoMBoumTbl 264 Tbic./MKN

Takoi OedouUMT MROTHBIX W/WnM  anbda-rpaHyn,
HapyLUeHne BbICBODOXAEHNS rpaHyn, cHuskeHne ®C He
BMUCbIBAIOTCS B PaHEE OMUCaHHble MEHETUYECKUE CUH-
OpOMbI. [InarHo3 obbl4HO OCHOBaH Ha HanMuuMK KPOBO-
TOYMBOCTM M3 CNU3UCTbIX, pedynbTatax LUMTOMEeTpUn v
HapyLleHu arperauuu (OTCyTCTBME WM YMeHblUeHWe
BTOPWYHOM BOMHbI arperawuu).

MpuobpeTteHHble HITX Habniopanuce y NauMeHToB ¢
XPOHUYECKUM MUENTOMOHOLMTaPHBIM J1EAKO30M, OCTPbIM
MWENONIHBIM J1IEKO30M, 0BEHWUSbHBIM  MUESIOMOHO-
LUMTapHbIM NENKO30M, MONMapTPUTOM, pedpakTepHON
aHemuelt ¢ 6nactosoM (RAEB-1), aHemueir daHKoHw,
MakpornobynuHemuen BanbgeHcTpema, Mwuenogmc-
MIacTUYECKMM CUHAPOMOM, MEepPBUYHBIM  Muenodu-
Bp030M, XPOHUYECKON UMMYHHON TPOMBOLIMTONEHMEN,
AMdbpysHoi B-KpynHOKMETOYHON NUMAPOMON, UCTUH-
HOW nonuuMTEMMEN, 3CCeHLManbHon TpomboumnTemmen,
CENTUYECKMM LLIOKOM, CEeMeWHbIM reMopparnyeckuMm
CUHLPOMOM, M30/IMPOBAHHbIM TEeMOPParM4yecknM CUH-
LOPOMOM, CEMENHOW TPOMDBOLMTOMNEHUEeR, BPOXOEHHOW
TpoMbouunTOoneHuen. BblpaskeHHOCTb reMopparuye-
CKOr0 CMHOPOMa MpW 3TUX PacCTPOWCTBax BapbupyeT
oT 1 no 8 6annos no wkane BAT-ISTH [2, 3, 5].

MATEPWAIbI U METO[1bl UCCNEOBAHUA

B emMaTonornuyeckuin HayuHbll LEHTp MwuHsgpa-
Ba P® obpaTtunacbk nauveHTka 54 net ¢ »kanobamu Ha
MOBBILLEHHYIO KPOBOTOUMBOCTb BO BPEMS W MOCre one-
paTUBHbIX BMELLATeNbCTB, COOTBETCTBYIOLLYIO 4 bannam
no wkane BAT-ISTH [5]. ConyTcTeytowasn natonorus —
0bpa3oBaHWe B NPaBOi MOOYHOM Mernese (BHYTpUMpo-
TOKOBasi MHOMECTBEHHasl nanuioma). B nosceaHeBHOI
M3HU BOMbHasi He NEeMOHCTPUPYET remMopparmyeckoro
CMHIPOMa MO MUKPOLMPKYNATOPHOMY Tuny. OcTanbHble
opraHbl 1 cucteMbl — 6e3 ocobeHHocTeN.

[Ona yTouHeHus cTpaTermu fQanbHenwero BefeHus
nauneHTKe MPOBELEHO WCCMEAOBaHWE CUCTEMbI FeMo-
cTasa. Obpaseu kposwu bbin gocTaeneH B nabopatopuio
B TeueHune 15 muH. [pobonoaroToBka M aHanu3 3aHANM
1 yac. KpoBb 3abupanu n3 BeHbl B 5-MUMIMMETPOBYIO
LUMTPaTHYIO BaKyyMHYI0 Npobupky (S-Monovette).

OueHKy hyHKLMOHANbHON aKTUBHOCTU Tpomboum-
108 (PAT) NnpoBOAMNM METOLOM NMPOTOUHO LIMTOMETPUM
[6]. Mpyu UMTOMETPUYECKOM UCCMEefoBaHUM OLLeHUBaNM
M3MEHEHNe MapKepHOro cocTaBa TPOMBOLMTOB B MOKOE
1 nocrne akTueaumn cmecbio TRAP (aHanor TpombuHa,
aroHucT PAR 1-peuentopa) u CRP (aHanor konnarewa,
aroHWUCT rnukonpotenHa VI). Mcnonb3osanu donyopec-
LeHTHO MEeYEeHHble MapKepbl: aHHEKCUH V, aHTuTena
npotus P-cenekTuHa, nHterpuHa o, f,, rnukonporen-
Ha |, antuteno PAC1 (Biolegend, San Diego, CA, USA).
Onsa peTekumn yHKLUM NAOTHBIX FPaHyN KNETKM Ha-
rpy’kanu MenakpuHoM.

Bonpockl reMaTonorin/OHKONOr M 1 MIMMYHONATOMOM MM B NeavaTpim
2018 | Tom 17 [ No 1| 93-96



WNccnepoBaHne arperaumoHHon OyHKUMKM Tpombo-
uMToB B ObOraLleHHon TpoMbouuTamu nnasme (OTIM)
nposogunocs no bopHy Ha arperomeTtpe <«buona»
(HMN® «Buona», Mockea). Micnonb3oBanuck MHOYKTOPbI
AN®, konnareH, puctoMuumd (HMO «Penam», Poccus).
KpuBble arperauuv peructpuposanu B TedeHme 10 MuH.
[na nnasmMeHHOro 3BeHa BLIMOSIHEHA KoOaryrnorpamMMma
(AYTB, MMB, TB, ®r, ®Bar 1 aKTMBHOCTb).

PE3YJIbTATbl UCCJIELOBAHUSA

Y naumeHTKM Habniopanucb HopMarbHbIi pa3Mmep,
Mopdposiorunsa n KonmuecTso TpomboumnToB. B remorpam-
M€ MaToNOrMYeCKNX UBMEHEHWI HE BbISIBIIEHO: FEMOrT10-
Bun — 129 r/n; aputpounTsl — 4,7 MnH/MKR; TpoMboLm-
Tbl — 264 Tbic./MKN; neikounTbl — 6,92 Thic./Mkn; CO3 —
9 MM/u; numcboumTbl — 54%; MoHOUMTBI — 5%.

Mpu n3yyeHnn paboTbl NNa3MEHHOMO 3BEHa reMo-
CTasa HapylleHus He oTMeueHbl: AYTB — 27 cek (Hop-
Ma — 25—37ceK); NpoTpoMbuHOBbIN MHAeKe — 100% (Hop-
Ma — 80-132%); TpoMbuHoBOE Bpemsi — 15 cek (Hopma —
12-19 cek); donbpuHoreH — 3,4 r/n (Hopma — 2-4,5 r/n);
cpaktop Xl — 86,4%. KoHueHTpauusa n pasmepbl Myrnb-
TuMepoB hakTopa BunnebpaHpa — B Hopme. ®akTop VI
cBA3bIBaloLlas cnocobHocTb dhakTopa Bunnebpanpa
(VWF:fVIIB) — 118 (Hopma — 70-144).

Mp npoBemeHWM ONTUYECKOW arperaToMeTpum
TpomBouuTos no bopHy-0’BpaiteHy (tabs.) y naumeHT-
K Habmopancs HopManbHbl OYHKUMOHATbHBIA OTBET:
¢ AP — 73% (Hopma — 50—-80%); ¢ konnareHoM — 74%
(Hopma — 50-80%); ¢ pucTtoMuumHoM — 75% (HopMa —
55-80%). HapyLleHWs BTOpOit BOSTHbI arperaumm He Ha-
Bropanuce.

MeTtopomM ®AT nokasaHo cHwkeHnne B 4,5 pasa
LOMM MPOKOarynsaHTHbIX TpombBoumtos (Tabs1.), xapak-
Tepuaylolleecs ocnabneHvemM akcnonupoBaHus PC
Ha MOBEPXHOCTb LMTOMMa3MaTu4ecko MeMbpaHbl mo-
crne aktveaummn (1,2% oT 06Lero KonmMuecTsa KIeToK;
HopMa — 5,5-37,7%).

KomnuuecTBo nfioTHbIX rpaHyn (oueHusanu no Ha-
KOMMeHWio MenakpuHa) 6biflo  HOpMasbHbLIM, OfHAKO
MPY aKTMBaLMM TPOMBOLMTOB BbIOPOC MAOTHBIX FpaHyn
chmnauncs 1o 20% (Hopma — 50-100%). Habniopanock
TaKKe CHUMeHWe Konuuectsa P-cenektuHa (CD62p)
Ha MeMBpaHe aKTUBMPOBaHHbIX TpoMBoumToB (45% npw
HopMe 72—128%), UTO yKa3blBaET Ha HapyLLUeHUe 3K30-
uuTosa anbcha-rpanyn. UnterpuH o, B, (MM lIb/llla, ak-
TMBMPOBaHHbI CD61, MeueHblit aHTuTenom PAC1) Gbin
Ha HUKHEN rpaHuLe HopMbl — 58% (Hopma — 58-142%).

Konuuectso M Ib u lIb/llla Haxogunock B pecdhe-
PEHCHOM Onana3soHe.
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OBCYXOAEHUE PE3YJIbTATOB UCCJIENOBAHUA

Mpy npoBeaeHUn PYHKLMOHAMbHBIX UCCREAoBaHNM
TPOMBOLMTApHOrO 3BEHa reMocTasa y MauMEeHTKU Ha-
Brionanack KapTuHa gucdyHKkumMm TpombounTos, onpe-
AensioLLas MOBbILLEHHYIO KPOBOTOUMBOCTb MOCHE Onepa-
TVUBHbIX BMELLATebCTB.

3HauMMbIi BKNad B pa3BUTUE KIIMHWYECKOM Kap-
TUHbI MOMET BHOCUTb BbIPAKEHHOE CHUKEHWE KOMUYe-
cTBa TpombouuToB, NpepocTasnsiowmx docdonmnua-
Hyto (®J1) nosepxHoCTb. OTpUUATENIbHO 3aPSMKEHHbIE
®J1 HeobxoguMbl ana Ca2-3aBUCKUMbIX B3aUMOLENCTBUN
KOMMOHEHTOB TEHA3HOr0 W MpPOTPOMbKMHa3HOro Koary-
NALUMOHHBIX KOMMIEKCOB C KJ/1IETOYHOM MOBEPXHOCTHIO.
Bo3MOXHO, VMeeT MeCTO HaCneACTBEHHbIN [edeKT
dhepmeHTOB, 0becneumBaowmx TpaHcnopT OJT mexay
BHYTPEHHEN W HapY}KHOW CTOpPOHaMM MriasMaTUYeCcKon
MeMBpaHbl, TakuM 0bpasoM yrHeTaeTcs paboTa Koary-
NALMOHHOrO Kackafa, Kak npu cuigpome Ckotra [7].

BO3MOMHOWM NPUUMHON YrHETEHUA «peaKkLun BbICBO-
BoXOEHNA> M IK30LMTO3a Ci-TPaHyN MOXET CTaTb Hapy-
lweHve B paboTe nyTen, nepenaioLLMX aKTUBALMOHHbIE
CWUTHarbl OT peLenTopoB TpoMBuHa v KonnareHa [8].

[Ona npodhunakTnkin KpoBOTEYEHU Mepen onepa-
TUBHbIM BMeLLATe/IbCTBOM MNaLMeHTKe Obinv pekoMeH-
[0BaHbl reMoCTaTMYeckue npenapatbl — 3TamaunaT u
TpaHekcaMoBas kucnota (aHTUPUBPUHONUTHK); B CIly-
Yyae BbIPaKEHHOW KPOBOTOYMBOCTW WMHTPAOMEPaLMOHHO
— npenapaT aktuBupoBaHHoro dpaktopa VI, TpaHcdy-
31 TPOMDOKOHLEHTpaTa; Mpu KPOBOTOYMBOCTM MOCHe
onepauun — 3TaM3uaT M TpaHeKcamoBas KUCMoTa A0
MOSTHOrO BOCCTaHOBJIEHNS reMoCcTasa.
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